Introduction
Uvular enlargement is a rare but serious finding, and it can rapidly progress to upper airway obstruction and respiratory distress. Reported etiologies of acute uvular edema-also known as Quincke edema-include infectious, allergic, traumatic, and hereditary. Infectious causes include Haemophilus influenzae, and patients may present with concurrent epiglottitis. 1 Allergies resulting in uvular angioedema include responses to foods, drugs such as angiotensin-converting enzyme (ACE) inhibitors, and herbs such as Ecbalium elaterium (wild, or squirting, cucumber) and Brassica arvensis (wild mustard). [2] [3] [4] [5] Intraoperative mechanical trauma can also contribute to uvular edema secondary to traumatic intubation, disruption of venous and lymphatic drainage during tonsillectomy, or as a result of positioning the head in flexion during surgery. [6] [7] [8] Other types of trauma, such as thermal trauma from ingestion of hot or cold food, or recreational drugs use (e.g., marijuana) can also induce uvular edema. 8 Finally, angioedema can also occur as part of a hereditary syndrome in which patients demonstrate a deficiency of C1-esterase inhibitor, particularly when these patients are administered ACE inhibitors. 2, 8, 9 Subacute, chronic, and/or progressive uvular enlargement is rarely described in the literature. In patients with obstructive sleep apnea, an inflammatory process characterized by plasma cell infiltration can result in uvular edema and airway obstruction. 10 Progressive uvular enlargement also may herald an underlying neoplasm. Primary squamous cell carcinoma of the uvula has been well documented. 11 Isolated case reports also have demonstrated MALT (mucosa-associated lymphoid tissue) lymphoma simultaneously presenting in the uvula and breast, as well as a neuroendocrine tumor of the parapharyngeal space presenting with uvular edema. 12, 13 We present a case of low-grade B-cell lymphoma initially presenting as uvular enlargement and causing dysphagia.
Case report
A 55-year-old woman was referred to our department with 3 to 4 weeks of progressive throat swelling and dysphagia. The patient had initially been treated by her primary care physician with antibiotics and steroids, which had provided her with some relief. However, after she completed a prednisone taper, her symptoms returned and continued to progress. She denied an inciting event or history of uvular or palatal swelling. She had had a peritonsillar abscess that had been drained 20 years prior. She had known allergies to shellfish, sulfa medications, and bee stings. She was not taking any medications.
On examination, the patient was in no acute distress and without acute airway compromise. She had a noticeable "hot potato voice" but no stridor. Her oral Volume 91, Number 12 www.entjournal.com  E23 Low-grade B-ceLL Lymphoma presenting as a uvuLar mass cavity exam revealed a normal tongue with significant enlargement of the uvula to approximately twice normal size. For symptomatic management, she was placed on a longer prednisone taper since she had responded to steroid therapy previously.
Gadolinium-enhanced magnetic resonance imaging (MRI) demonstrated significant enlargement of the uvula extending to the tip of the epiglottis, but no other masses were evident (figure). At that time, uvulectomy was recommended to the patient for symptomatic relief and definitive diagnosis. Operative assessment revealed uvular hypertrophy of 10 to 15 times normal size. The specimen was sent for fresh and permanent pathology. The patient tolerated the procedure well.
Pathology of the specimen was consistent with a lowgrade B-cell lymphoproliferative disorder. Lymphocytes stained diffusely positive for CD20, with 10 to 15% of cells positive for Ki67 (indicating a low proliferative rate). Molecular studies demonstrated B-cell clonality (IgH gene rearrangement). Pathologic diagnosis favored extranodal marginal zone lymphoma.
In the past year since the patient's uvulectomy, her medical course has been complicated by persistence of the disease. Postoperative computed tomography (CT) of her neck was negative for residual disease or nodal enlargement. However, CT of her abdomen revealed several subcutaneous nodules, which were subsequently biopsied and found to be positive for B-cell lymphoma. Follow-up positron emission tomography (PET) demonstrated stable, minimally hypermetabolic soft-tissue nodules throughout the trunk, thorax, and thighs, and the patient has remained asymptomatic.
Discussion
Initial management of a patient with uvular edema necessitates evaluation of the upper airway. In a stable patient without signs of respiratory compromise, essential elements of the history include potential allergic contacts, personal or family history of angioedema or airway edema, recent history of mechanical or thermal trauma to the upper airway, and medication or drug use, with particular attention to the use of ACE inhibitors, marijuana, or herbal remedies. [3] [4] [5] 8 Infectious etiologies should also be ruled out, particularly to evaluate for the possibility of concurrent epiglottitis. 1 Recent surgical procedures may indicate traumatic intubation or lymphatic disruption in the case of tonsillectomy. 7, 8 A history of obstructive sleep apnea may suggest chronic inflammation as a cause of uvular edema. 10 Although rare, neoplastic processes must be ruled out, particularly when the presentation is of a more chronic and progressive nature. A thorough alcohol and tobacco use history should be elicited from these patients, as these substances-particularly in synergy-are significant risk factors for squamous cell carcinoma. 11 Lymphoproliferative disorders and neuroendocrine tumors are exceedingly rare causes of a uvular mass but must also be included in the complete differential diagnosis. 12, 13 Low-grade lymphomas of the head and neck most typically present with obstructive symptoms and undergo an indolent course, rarely requiring treatment except in cases of blastic transformation or autoimmune complications resulting in hemolytic anemia or thrombocytopenia. 14, 15 Although patients often present with disseminated disease, mean survival time is 10 to 15 years. 15 Therefore, in the patient with pathologic evidence of low-grade B-cell lymphoma, a conservative approach may be undertaken. Relapses are common but often responsive to treatment. Indications for treatment are symptomatic relief or blastic transformation, and interventions may include surgical excision, chemotherapy, or both. Uvulectomy was recommended in our patient for symptomatic relief and to provide a definitive diagnosis. Steroids were prescribed preoperatively to reduce uvular edema. Chemotherapy agents such as cyclophosphamide or chlorambucil have been used in some patients to induce and sustain remission; however, long-term survival of patients treated with chemotherapy at the time of diagnosis is similar to that of patients treated palliatively for recurrence of symptoms. 15 For our patient, frequent follow-up with an oncologic specialist was recommended to monitor for progression of disease, but chemotherapy was not immediately started in the setting of a stable PET scan and the absence of clinical symptoms.
Although uvular edema often presents acutely, the unique presentation in this case serves as a reminder that a more progressive presentation may indicate an underlying neoplastic process.
